Sir,

Unilateral pulmonary vein atresia is a rare congenital anomaly where long segments of pulmonary veins of one lung are atretic. Patients often present with recurrent episodes of respiratory tract infections and hemoptysis. It is often associated with congenital heart disease or anomalous pulmonary venous return. Due to the severity of the condition, patients are usually identified within the first 3 years of life. Our case was unique because the patient had isolated unilateral pulmonary venous atresia with no associated congenital heart disease and was diagnosed in adulthood. To our knowledge, there are less than 50 cases of this condition, reported in adults.

A 20-year-old female presented with complaints of dyspnea on exertion since childhood, which was progressively worsening since 3 months. Dyspnea occurs on running or climbing stairs. The patient had no history of cough or fever or wheezing or palpitations, but had a history of recurrent episodes of chest infections since childhood for which she had taken treatment and recovered completely. On clinical examination, the trachea was deviated to right with decreased chest movement on right side. On auscultation, breath sounds were decreased on right side in all areas. The patient was advised a chest radiograph. Posterior--anterior chest radiograph \[[Figure 1](#F1){ref-type="fig"}\] shows a small right hemithorax, with prominent reticular opacities in mid and lower zones. There is associated mediastinal shift to right with elevation of the right hemidiaphragm. Contrast enhanced computed tomography (CECT) thorax was performed for further evaluation. Mediastinal window \[[Figure 2](#F2){ref-type="fig"}\] shows absent right superior and inferior pulmonary veins with a smooth right border of left atrium. A low-attenuation soft tissue is seen at the mediastinum adjacent to the left atrium in the subcarinal location, not causing narrowing of right main bronchus with enhanced vascular channels within, which represent prominent bronchial collaterals. The right main pulmonary artery is smaller in caliber as compared to the left \[[Figure 3](#F3){ref-type="fig"}\]. There is associated ipsilateral mediastinal shift. Lung window \[[Figure 4](#F4){ref-type="fig"}\] shows a hypoplastic right lung with diffuse interlobular septal thickening.

![Posterior--anterior chest radiograph showing a small right hemithorax, with reticular opacities in mid and lower zones (dashed white arrow). There is associated mediastinal shift to right seen in the form of tracheal deviation (white arrow)](LI-33-571-g001){#F1}

![Axial contrast enhanced computed tomography (mediastinal window) showing absent right superior and inferior pulmonary veins with a smooth right border of left atrium (white arrow). A low-attenuation soft tissue (dashed white arrow) is seen in the mediastinum adjacent to the left atrium, not causing narrowing of right main bronchus with enhancing vascular channels within, which represent prominent bronchial collaterals](LI-33-571-g002){#F2}

![Axial contrast enhanced computed tomography (mediastinal window) showing the smaller right main pulmonary artery (white arrow) as compared to the left main pulmonary artery (dashed white arrow)](LI-33-571-g003){#F3}

![Coronal reformatted lung window section showing a hypoplastic right lung with diffuse interlobular septal thickening (white arrows)](LI-33-571-g004){#F4}

Based on these imaging findings, the final diagnosis of isolated unilateral pulmonary venous atresia was made.

Congenital unilateral pulmonary vein atresia results from the failure to incorporate common pulmonary vein into the left atrium during the embryological development. This results in complete or partial atresia of pulmonary veins on one side.\[[@ref1]\] There is no right- or left-sided predominance of this condition, and in up to 50% of cases it is associated with cardiac defects or anomalous pulmonary venous drainage.\[[@ref1][@ref2]\] The condition usually manifests in infancy or within the first 3 years of life.\[[@ref1]\]

Patients often present with a varying degree of clinical severity, ranging from recurrent pulmonary infections, dyspnea on exertion, and hemoptysis to being completely asymptomatic.\[[@ref1][@ref3]\]

Chest radiographs show small hemithorax, ipsilateral mediastinal shift, reticular opacities, and Kerley B lines.\[[@ref1]\]

CECT shows characteristic findings of a hypoplastic lung, smooth margins of left atrium without evidence of rudimentary pulmonary veins,\[[@ref1][@ref2]\] and smooth thickening of interlobular septa likely due to the dilation of pulmonary lymphatics and bronchial veins.\[[@ref4]\] There is associated small ipsilateral pulmonary artery, attributed to preferential perfusion to contralateral side and confluent low attenuation soft tissue in the mediastinum adjacent to the left atrium that contains pulmonary to systemic collaterals.\[[@ref1]\] In adults, this mediastinal soft tissue can pose a diagnostic dilemma with fibrosing mediastinitis and mass lesion being considered as the differentials.\[[@ref1]\] However, a small hemithorax in the absence of bronchial obstruction suggests a congenital anomaly.

Treatment of unilateral congenital pulmonary venous atresia may be conservative in relatively asymptomatic patients, and pneumonectomy is done in patients with progressive dyspnea, significant pneumonia, or recurrent pneumonia.\[[@ref3]\]

Patient was given antibiotics and symptomatic treatment. Following recovery, she was referred to a higher center for further management.
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